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C.A. Anekceesa', H.W. 3o03yns?, T.M. PeweTtHsk'

TTpuo6Gperennas remodunus (1) — penkoe 3abosieBaHue, pa3BUBAIOLIEECs B pe3yJbTaTe CUHTE3a aHTUTE K SHI0-
renHomy VIII, penko — k IX dakTopy cBepThiBaHus KpoBu. KinuHuyeckum nposibieHueM [T IBISIIOTCS CIOHTaH-
HbIe KpOBOTeueHUsI. JJaHHOe 3a00sieBaHUe Yallle pa3BUBACTCS Y MAIIMEHTOB CTapiiero Bo3pacrta u B 50% ciyuyaes
OTMEYaeTCs1 TPH 3I0KaYECTBEHHBIX HOBOOOPA30BaHUSIX U ayTOMMMYHHBIX PeBMaTHUeCKUX 3aboieBaHusIX. B naHHOM
cTaThe OMKcaH KinHudeckuii ciyyaii: 17, neGroTrpoBasiast He3a10/ro 10 MaHubecTalMK CUCTEMHON KPacHOM

BOJTYaHKU.

KuroueBbie ciioBa: HpHOGpeTeHHaH FCMO(bI/IJII/IS[, CUCTEMHasA KpacHasl BOJI4YaHKa, CIIOHTAaHHBIE KPOBOTCYECHU S, ayTO-

aHTUTEIa

Jlns murupoBanms: AnekceeBa CA, 3o3yiast HU, Pemetnsak TM. IpruobpeTeHHast reModuivst y MalueHTKA
C CHCTEeMHOI KPacHO! BOJTYAHKOM: OMMcaHue KIMHUIECKOTo HabmoneHus. Hayuno-npakmuueckas peemamonoeus.
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ACQUIRED HEMOPHILIA IN PATIENT WITH SYSTEMIC LUPUS ERYTHEMATOSUS:
CLINICAL CASE REPORT

Sofya A. Alekseeva', Nadezhda I. Zozulya?, Tatiana M. Reshetnyak'

Acquired hemophilia is a rare disease that develops because of the synthesis of antibodies to endogenous VIII blood
clotting factor. The most common symptom of acquired hemophilia is spontaneous bleeding. Acquired hemophilia

is observed more frequently in older population and in 50% is secondary to malignant tumors and autoimmune rheu-
matic diseases. In this article, we present a clinical case of autoimmune hemophilia that developed shortly before

the onset of systemic lupus erythematosus.
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BeepeHue

ITpuo6perennas remodpunus (I — pen-
KO€ ayTOMMMYHHOE 3a00JIeBaHIe, pa3BUBAlOIIee-
s B pe3yJibTaTe CUHTe3a aHTUTEJ K SHIOTEHHOMY
VIII, pexe — k IX (pakTopy cBepThHIBaHUSI KPOBU
(F). Kimuanyeckum miposiBiieHueM I1I7 aBistitor-
csl crioHTaHHbIe KpoBoTeueHus. Yacrota I1I" Ba-
poupyer ot 0,3 (B Bo3pacTHolA rpyre 16—64 jer)
no 15 (B Bo3pacTHO# rpymrie crapiie 85 JieT)
Ha 1 000 000 Brox [1]. Kazynctuuecku penxo I1I°
neororupyer go 16 et [2]. [T MoXeT BO3HUKATh
B MOCJIEPOJOBOM TEpUONEe, MPU 3710KAYECTBEH-
HbIX HOBooOpa3oBaHusix (3HO), Ha ¢oHe Tepa-
MY HEKOTOPBIMU JIEKAPCTBEHHBIMU TIperiapara-
MU, IPY AyTOUMMYHHBIX 3200JI€BaHUSIX, a TAKXKe
Ha (oHe MoTHOTO 3M0pOBhs. B mureparype omnu-
canbl crydau [T ipy TaKMX ayTOMMMYHHBIX 3a-
0oJieBaHUAX, KaK peBMaTOuAHbII apTpuT (PA),
cucremHast kpacHast Bomuanka (CKB), ruranTo-
KJIETOYHBI apTepuuT, NepMaTOMMO3UT/MOJM-
muo3ut u 6one3nHsb Lllerpena (BI) [3]. [Tpu CKB
ayToaHTUTeNa, Hapyluawlme GyHKIMOHUPOBa-
Hue FVIII, Bo3HUKAIOT OYeHb PEIKO: OTMEYEHO
10 ciygaeB u3 215 narmenTos ¢ [1I 3a 10 et Ha-
omoneHwust [4].

WM3-3a Huskoii pacnpoctpaHeHHoctu [1T°
PEeIKO MUarHOCTHUPYeTCsl CBoeBpeMeHHOo. Huskast

OCBEIOMJICHHOCTb MOXET CTaThb MPUYMHOMN
HECBOEBPEMEHHOTO M HEKOPPEKTHOTO Jeye-
HMSI, KPUTMYECKM BaXXHOTO MJis KYMUPOBa-
HMSI XU3HEYTPOXaIoIMX KpoBoTeueHuil. Benen-
CTBUE DACIIMPEHUS] TEepareBTUYECKUX BO3-
MOXHOCTEI U HAaKOIUICHUsI OIbITa BEACHUS Ta-
KUX TIAlUEHTOB CMEPTHOCTb OT KPOBOTEUEHUIL
npu I cHusunace ¢ 20% no 3-9% [5-7].
B nanHoii ctatbe onucan ciyyaii [1INy 6osnbHOM
CKB c cunnpomom Llerpena (CLL). [Tpu npu-
00peTeHHOU TeMOMUJINU OTCYTCTBYET MpsiMasi
CBSI3b MEXY pe3yJbTaTaMU JIabopaTOPHBIX UC-
CJIeMOBAaHWI W KIMHUYECKUMHM ITPOSIBICHUSIMH,
YTO OMNpEeesieTCs] KHHETUKON B3aMMOIEHCTBUS
ayroantuten ¢ FVIII. Bcrpeuaercs «ioxHoe»
in vitro CHUXEHHUE aKTUBHOCTU (haKTOPOB BHY-
tpenHero nytu (FIX, FXI u FXII), accounupo-
BaHHOE C 3(h(EKTOM «OBICTPOMEIICTBYIOLIETO»
WHTUOUTOpPA B BBLICOKMX TUTpax [5].

OnucaHue KNMHUYECKOro HabnwaeHus

TManuenTka I1., 33 roga, rocnuTanu3upo-
Bana B ®I'bBHY HUUP um. B.A. HacoHoBoii
BriepBble B (peBpasne 2024 r. ¢ xkajgodamMu Ha Mo-
sIBJIEHHME CIIOHTAHHBIX TeMAaTOM, YTPEHHIOI0 CKO-
BAaHHOCTb B MEJIKMX CYCTaBaX KMCTEH U IIPOsIBIIE-
Hus cuHapoMa PeiiHo. PaHee remopparmueckux
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CHMIITOMOB HE OTMEYaJIoCh. ¥ POICTBEHHUKOB Takke He Ha-
0J11071aJ10Ch TTM30/10B CITOHTAHHBIX U XKU3HEYTPOXKAIOIINX KPO-
BOTEUEHUI; y TAIIMEHTKY €CTh ChIH — 3I0POB. Y Nie/ia 1o MaTe-
PUHCKOU JIMHUY B aHaMHe3e TpoM003. MeHCTpyaTbHBIM ITUKIT
COXpaHeH: MeHapxe B 14 JIeT; IMKJT PeryJsipHbIi; MEHCTpyaluu
Kaxple 28 qHel IJIUTEIbHOCTBIO OT 3 10 6 JHEi, yMepeHHbIE
(mo 5 mpokanok normal); 6epeMeHHOCTb — 1, poasl — 1.

M3 anamHe3a 3aboJyieBaHus: neOOT B HosiOpe 2022 T.
(B Bo3pacte 31 roma) ¢ MOSIBJEHMSI CHOHTAHHBIX 3KXUMO-
30B M MOAKOXHBIX TeMAaTOM Ha Koxe KoHeuyHocTel. [lanneH-
TKa KOHCYJIbTHPOBAHA TeMaTOJIOTaMU MO MECTy KUTEJbCTBA,
MEeIUIIMHCKAsT MOKYMEHTAIMs He TPEeNOCTaBlieHa, Teparuio
He nostyyasna. B utone 2023 r. BriepBble OTMETHUIA YBEIUYEHME
LEHHBIX, TOIKIIOYNYHBIX, MOIMBILIEYHbIX U MAXOBBIX JIUM-
Goy3n0B. KoHCyIbTHpOBaHA reMaTOJI0IOM, OHKOJIOTOM, PEKO-
MeHIOBaHO nuHaMudeckoe HabmoneHue. 02.10.2023 B cBI3M
¢ coxpaHeHMeM JMMaTeHOTIaTU TPOBeNeHa TOHKOUTOJb-
Hasl acrMpalMOHHAasi OMOMCUST MOAMBILIEYHBIX JTUMDOY3II0B
C NIByX CTOPOH — BbISIBJIEHA BbIpaxkeHHas JUMdOuIHAs UH-
duabTpans; KIETKU ¢ TpU3HAKAMK aTUTIMU He OOHAPYKEeHBI;
JIaHHBIX, cBUIeTesbeTBYoMX 0 3HO, He nmosydyeHo. B mecte
MyHKLIMU pa3Buiack reMaroMa. C okTsiopst 2023 r. mainumeHTKa
oTMevasia TOSIBJIeHWe CKOBAaHHOCTM M TIPUIYXaHUSI MEJTKUX
CyCTaBOB KUCTEH, IEPUOINIECKON CyXOCTH BO PTY, C HOSIOPS
2023 r. — U3MeHeHue 1IBeTa MayiblieB KUCTell Ha hoHe cTpecca
u xosona. [Ipu marHuTHO-pe3oHaHcHOI Tomorpadhuu (MPT)
npaBoii kuctu oT 30.10.2023 BbISIBJIEHBI MPU3HAKU apTpUTa
3aMSICTHO-TISICTHBIX, TISICTHO-(allaHTOBBIX, MeX(haTaHTOBBIX
cycTaBoOB TipaBoii kuctu. [Ipu mabopatopHOM 0OCIIEIOBaHUYT
oOHapyxeHa JieiikoreHus (no 2,2X10°/1) 6e3 casura B Jeii-
KOLMTapHOl (opmysie MpU HOPMAJIbHOM KOJIUYECTBE TPOM-
OOILIMTOB M HOPMAJIBHOM YPOBHE TeMOIJIOOMHA; MPOTEUHYPUS
no 1 r/7, aHanM3 MOYM Ha CYTOYHYIO TIPOTEMHYPUIO HE BbI-
TTOJTHSIICSI. BBUIM BBISIBJIEHBI BBIPaKEHHBIE TMIIOKOATYJISIIA-
OHHblE HapylIeHUs MJa3MEHHOTO reMocrasa ¢ yIJIMHEHUEM
aKTUBUPOBAHHOTO YAaCTUYHOTO TPOMOOIIACTUHOBOTO Bpe-
menn (AYTB) no 104,4 ¢, nepuunurom FVII — 0,1% (Hopma
70—120%), FVIII <5% (tstxenast ¢hoopMa COOTBETCTBYET aK-
tuBHoctn FVIII <1%, cpenusist — 1-5%, nerkas — 5—30%),
unruoutopa FVIII — 250 BE (emmnunel bertecnma; Hopma
0-0,6), FIX — 0,2% (Hopma 65—150), FXI — 0,4% (Hopma
67—127), FXII — 0,3% (Hopma 67—143). TIpu MMMyHOJO-
TMYECKOM aHalu3e KPOBM BBISIBJIEH aHTUMHYKJIEapHbIN (ak-
Top (AH®) Ha xnerkax HEp-2 1/5120, simepHbIil rpaHyJsip-
Hbril Tum ceeyeHus. 10.01.2024 manureHTKa KOHCYIbTUPOBaHA
BpauoM-TreMarojiorom B PI'BY «HM UL rematomornm» MuH-
3npaBa Poccuu; nuarnos: I1I" ayrouMMyHHOTO reHesa, peko-
meHnoBaHa koHcynbranusg B ®I'BHY HUUP um. B.A. Haco-
HOBOW 1T YTOUHEeHUsI nruarHo3a. Ha MOMeHT rocriranu3amnmu
COXPAHSITUCH apTPaJITUN, JIeKapcTBa He IPUHUMAJIA.

IIpu ocMoOTpe oTMeYaaoch HaJW4KMe MOIKOXKHBIX remMa-
TOM B paiioHe Mpearuieunii u oenep, pa3IMYHONM JTaBHOCTH.
IMepudepuyeckue cycTaBbl BHELIHE He ObLITU U3MEHEHBI, 9KC-
CYIaTUBHBIX U3MEHEHU! B HUX He ObUTO, OMHAKO TMallMeHTKa
OoTMevasia KpaTKOBPEMEHHBIE CrUOaTeIbHble KOHTPAKTYPHI Cy-
CTaBOB KHUCTE MO yTpaM, KOTOPbIE MPOXOAUIU CAMOCTOSITEb-
Ho. OpraHsl 63 BULUMOU MaTOJIOTHH. ApTepruaabHOe IaBIeHNe
(A1) Ha obeux pyKax B TIOJIOKeHUU cuist — 124/72 MM pT. CT.
Ju3ypudecKux siBIEHWI He oTMedania. [lepubepryeckux or-
€KOB He ObLIO.

B xnuHMuyeckoM aHamu3e KPOBU BbISIBIEHA JIEHKOTIE-
Hus (1o 2,2x10°/1m), Ge3 caBura B JIEHKOLIMTApHOI (opmyite
NP HOPMAJTBHOM KOJIMYECTBE TPOMOOIIMTOB M HOPMAJEHOM
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YpPOBHE reMorjioonHa. B KJIMHUYECKOM aHajlu3e MOYU: IPU-
Tpouutypus (10—12 B mose 3peHust), npoteunypus (0,58 r/n);
B aHajm3e Mouu 1o Heuumnopenko: nerikouutsl (4500), spu-
tpoumtsl (22000); mporennypust 0,89 r/cyr. [1pu mpoBenennn
KOAaryJIorpaMMbl BBISIBJIEHBl TMIIOKOATYJISIIIUOHHBIE Hapyllle-
HUS B BUIe u3oaupoBaHHoro yminHeHuss AYTB (99,5 c¢). B um-
MYHOJIOTMUYECKOM aHaJIn3e KPOBU OOHApYyKeH BBICOKUI TUTD
AH® — 1/2560, xpan4atoro cBeYeHUsI; IOJOXUTEIbHAS TIPS~
Mag ripoba Kymbca ++ 6e3 peTuKyI01MTO3a; TMITOKOMILIEMEH-
temust C3 — 0,34 r/a (Hopma 0,9—1,8 r/m), C4 0.019 r/n (Hopma
0,1-0,4 r/n). O6HapyXeHbl aHTUTeNA K ABycnupaibHoit JTHK
(antu-ncIHK) — 292,9 ME/mn (Hopma 0—100 ME/mn), aH-
tutena K Ro/SSA (antu-Ro/SSA) — 100,0 En/mn, antuTena
k La/SSB (antu-La/SSB) — 56,1 Ex/mi (Hopma 0—25 En/mi),
aHTHLeHTpoMepHble aHTuTena (ALIA) — 113,3 En/mn (Hop-
ma 0—20 En/mir), runeprammarmooynmuHemuss — 24,40 t/m,
o0t 6eok — 76 r/1. CKopocTh Kirybo4KOBOM (DMIbTpa-
uuu (CK®) mo CKD-EPI — 82,3 mi/mMun/1,73 Mm% TlpoBene-
HUe OMOIICUY TMOYKU ObLIO BPEMEHHO IMPOTUBOITOKA3aHO M3-
3a BBICOKOTO PHCKa pa3BUTHSI KDOBOTCUEHMSI.

[lpy peHTreHOJOTMYEeCKOM  WCCIENOBAaHUU  KUCTEi
U CTOII BBISIBJICHBI MMPU3HAKK OTeKa MSATKMX TKaHeil. KoMIibio-
tepHasi Tomorpacdust (KT) opranos rpynHoii kiaetku (OI'K):
HayaJbHble MHTEPCTULIMAIbHBIC U3MEHEHHSI B O0OOMX JIETKUX;
e¢IMHWYHBbIC MEJKUE YJYaCTKM TIapacelTaJbHOM 3M(U3eMBbI.
[Ipu cuanomerpuu nojydyeHo 2,0 MJI CITIOHBI C HE3HAYUTEb-
HbIM KOJIM4YeCcTBOM B3BecH. [1pu cuanorpacduu BbISIBICHBI TPU-
3HAaKM MapeHXMMATO3HOTO CHaloafcHUTa (ITO3MHSST CTAmus).
VIIbTpa3ByKOBOE MCCICIOBAHUE CIIOHHBIX Kejie3: MPU3HAKKU
MMapeHXUMATO3HOTO CUaJIaICHUTA.

Ha ocHOBaHMM MOJly4eHHBIX JaHHBIX ObL1a YCTAHOBJCHA
CKB, xpoHnyeckoe TeueHue, C MopaxxeHueM rmovek (Hepur),
CyCTaBOB (apTPUT/apTpajTuM), TeMAaTOJOTMYECKUMU Hapylle-
HusMU (eiikoneHus, Kym06c-no3uTuBHas aHemusl, ne@uiuT
FVIII, FIX, EXI, FXII) 1 UMMYHOJIOTUYECKUMU HApPYILIEHUSI-
mu (antu-acJJHK, runmokommiementemusi mo C3, C4, AH®O+),
BbICOKast akTUBHOCTB (o1ieHKa 110 SLEDAI-2K (Systemic Lupus
Erythematosus Disease Activity Index 2000) — 17 6an10B), UH-
nexkc nopexaeHus (MIT) — 0. CII ¢ nopaxeHuem CIIIOH-
HBIX XeJie3 (MMapeHXMMAaTO3HbIM CUaT0aaeHUT), IETKUX (MHTEP-
CTULIMAIbHBIC U3MEHEHMS), MMMYHOJIOTUUECKIE HapyIICHUS
(AH®+, antu-Ro/SSA+, antu-La/SSB+, ALIA+), ESSDAI
(EULAR (European Alliance of Associations for Rheumatology)
Sjogren’s syndrome disease activity index) — 8 6annoB. JluarHos
CKB cooTBeTcTBOBAI Ki1aCCU(DUKALIMOHHBIM KPUTEPUIM AMe-
PUKAHCKOW KOJIIETMU peBMarosioroB/EBporeiickoro aibsH-
ca peeMarosiorndyeckux accouumauuii (ACR/EULAR, American
College of Rheumatology/European Alliance of Associations
for Rheumatology) 2019 r. [8], nuarno3 CII — otedyecTBeH-
HbiM Kputepusim 2001 r. [9]; kon no MexayHaponHoii Kjac-
cudukanuu 6osesHei 10-ro nepecmorpa — M32.1. Jlist oueH-
ku aktTuBHoct CKB ucnonw3oBan nnaeke SLEDAI-2K [10,
11]. 3a orcyrctBue aktuBHOCTH CKB mpuHMManoch 3HaYeHME
SLEDAI-2K 0 6amnoB, 3a HU3KYIO aKTUBHOCTh — 1—5 Gai-
JIOB, 3a cpenHiol — 6—10 6amioB, 3a BRICOKYI0 — 11—19 Gan-
JIOB, 32 OYEHb BbICOKYI0 — 6osiee 20 6asuioB [9]. OueHKy moBpe-
xneHust opratoB nposonuau o MIT SLICC (Systemic Lupus
Collaborating Clinics)/ACR [12, 13]. [l olleHKY aKTUBHOCTHA
CII ucnons3oBan unaeke ESSDAI [14]. ConyTcTBytouuii nu-
ar”o3: HacnenctBeHHblit gepunur FIX (D67), FVIII, nerkas
crenens (D66).

HasnaueHa Iysbe-Teparust METHIINPETHU30JIOHOM BHY-
TpuBeHHO 250 Mr Ne 3 ¢ mepexomoM Ha MepopajibHbINA ITpUeM
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npenHu3ooHa B 1o3e 10 Mr/cyr., rumpokcuxsiopoxux 200 mr/
cytr. Huskasa nosza mpenHu300Ha OOycCJIOBJIeHA HeEXelaHU-
€M TalMEeHTKU MPUHUMATh TJIOKOKPTUKOUAbL. Bo Bpems cra-
LIMOHAPHOTO JIeYeHUS Y MAlMeHTKM pa3BUJICS TeMopparuye-
CKUI1 YBYJIUT. YUUTHIBasI BBICOKMI PUCK KU3HEYTPOXKAIOIIETO
KpoBoTeuyeHus!, BbIcOKYI0 akTuBHOCcTb CKB (SLEDAI-2K —
17 6amioB) ¢ mopaxeHueM IMoYeK M Haauuue (GakTOpoB He-
omaronpusitHoro mporHo3a o CII (reHepann3oBaHHAs JIMM-
dameHomaTusl, JCHKONEHUS, THUIIEPTaMMAarIOOYJIMHEMMUST),
27.02.2024 wHuuuupoBaHa tepanus putykcumaoom 1000 mr
¢ TpeMeauKauuein MeTuinpeaHu30go0HoM 500 Mr 1 XJIOpOIu-
pamuHoM 20 Mr — nHGQY3UIO TIepeHecaa YIOBIETBOPUTEILHO,
HexxesnaTteabHbIx siBnenuit (H) He 3adhukcupoBaHo.

Ha 3-u cytku mocie uH¢py3uu puTykcumada maiyeHTKa
aMOyJIaTOPHO OTMETWJIa TTOSIBJICHUE MIaBsIieil 00Ju B 3aThI-
JIOYHOI 001aCTH, KPAIIMBHUIIBI C HEOOJBIIUM 3YIOM U MOIb-
eMm Temrepatypbl 10 38,7 °C ¢ 03HOOOM B TeUE€HUE CYTOK.
JlaHHOe cocTosIHME TalMEeHTKOW ObLIo pacueHeHo kak HA
Ha TUAPOKCUXJIOPOXMH, B CBA3U C YeM Mpernapar caMOCTOSI-
TEJIbHO OTMEHMJIA, 32 MEIUIIMHCKOW TOMOIIbI0 He obparia-
nack, HA He ObuU1o 3adukcuposaHo. lanmeHTKa camMoCTOSsI-
TeJbHO YMEHbIIWJIA 103y peaHu3o10Ha ¢ 10 10 5 Mr/cyT.

ITpu mosTopHOIT rocnutamm3anuu 21.03.2024 marnumeH-
TKa OTMeYalla yXYIOIICHWE COCTOSTHUS: YCUJICHHE CKOBaHHO-
CTHU TIO yTpaM B MEJKMX CYCTaBaX KWCTeil, U3MeHeHUe 1IBeTa
MaJblieB PYK Ha XOJIONIE U MPU CTpecce, MePUOANYECKH CYXOCTh
BO PTY, OTeK KMCTEil, HOIIMe 00U B TrojieHsX. BrlrmoaHeHa
BTOpas nHGy3us purykcumada 1000 Mr ¢ mpeMenukanueit me-
TupeaHn3oaoHoM 500 Mr u xioponupamuHoMm 20 mr. B te-
YeHue cyTokK oTMedeHa HS — moBbIeHre TeMIiepaTyphl Teja
no 38,1 °C, 03HOO, MOKpacHeHUEe M 3y TpeArieyunii, auLa,
KHCTel, moKkpacHeHue ria3. B cBs3u ¢ HY Ha purykcumab
U HEIOCTATOYHOM 3(PHEKTUBHOCTHIO IMPOBOAMMOI Teparmuu
MalMeHTKe TI0 MECTY KUTEJIbCTBA PEKOMEHIOBaH MUKOde-
Hosata Modetua (500 Mr/cyT. ¢ TIOCTENIEHHBIM YBeJIMYeHUEM
no3bl 1o 2000 Mr/cyT. yepe3 4 Hemeau), a TaKKe MPOAOJIKe-
HHME Teparuu MepopaabHbBIM MPEeAHU30J0HOM 10 MI/CyT., -
npokcuxsopoxuHoM 200 mr/cyt. 1o opraHU3allMOHHBIM ITPH-
yypHaM (OTCYTCTBUE Iperapara B alTeYHOW CeTH) IMallMeHTKa
Hayvasia npueM MukodeHonata Mmoderwia B Mae 2024 r. ¢ 1031-
poBku 250 Mr/cyT., mocTeneHHo yBeanuuBas 103y a0 1000 mr/
cyT. M3-3a pecriupaTOpHBIX MHGEKIMI TPUXKIbI TpepbiBasia
nmpueM npemnapara. B utone 2024 r. oTMeTIIIa YXyOIIEHUE CO-
CTOSIHUSI — TIOSIBJieHWEe 7 CIIOHTAHHBIX TeMAaTOM 3a MeCsI] —
Ha (poHE caMOCTOSITEIbHOIO CHUKEHMS TO3bl MPEAHU30J0HA
1o 5 mr/cyt. B HacTosiiiee BpeMsl allMeHTKa MTPOI0JIKAEeT Te-
panuio MpeIHU30JI0HOM 5 MT/CyT., MUKO(heHoaaTa MoGheTH-
JIoM 2 T/cyT., TtuapokcuxsiopoxuHom 200 Mr/cyT. AMOYIaTOpHO
MallMeHTKa He OTMevaeT IMOSIBJICHWSI HOBBIX IOIKOXKHBIX Te-
MaToM (CHMHSIKOB), KPOBOTEUEHM I He 3apuKcupoBaHo. B koa-
ry/utorpamme otrmedaetcst cHukeHue AYTB co 104 ¢ ucxonHo
110 56 ¢; ncciaenoBanue GaKTOPOB CBEPTHIBAHUS KPOBU HE IIPO-
BOJIAJIOCH.

O6cyxpaeHue

AyToaHTHTeJIa TIPOTUB CcrHeuupUIecKux (aKTopoB
ceepteiBanust kposu FVIII/FIX Hapymaior mx cBsi3bIBaHUE,
YTO MPUBOAMUT K KPOBOUBIIUSIHUASIM B KOXY, MBILILIbI, XKeTyI104-
HO-KUILIEYHBII TPAKT U Ipyrue yuactku. Hanbosee pacnpocrpa-
HEHHBIC COIYTCTBYIOIIME 3aboyeBaHus, cBsizaHHble ¢ [1I, —
3HO, undexkimu u peBmaruueckue 3aboneBanus. [lpu T1T
HauOoJiee pacrnpoctpaHeHbl nHruouropsl FVIII, a uHruouro-
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pbl FIX upesBbruaitno peaxku. Bosnuknosenue [N o6yciosieHo
o0pa3oBaHueM CrelU(PUUECKUX MM Hecreln(puIecKux ayTo-
a"turen K sHgoreHHomy FVIII/IX ¢ manpHeiimmM dhopmupo-
BaHMEM LUPKYIUPYIONINX UMMYHHBIX KOMIUIEKCOB, UX DJIMMU-
Halmelr MakpodaraibHON CUCTEMOI M CHIKEHUEM KOJIMIeCcTBa
1 KauecTBa (pakTOpOB CBEPTHIBAHMS B Iiasme |3, 15, 16].

OCHOBHBIM KJIMHUYEeCKUM mposBieHueM [T sBisroT-
Csl KpOBOTEYEHMsI: ITOIKOXHbIE (>80%) M BHYTPUMBILIECYHBIE
(>40%), xenymouHo-kuineyHble (>20%), ypOreHHUTaJbHbIE,
BHYTPUOpIOIIHBIC U aApyrue KpoBoteuyenus (<10%) [1, 5, 16].
Hns TII' He cBOICTBEHHBI TeMapTPO3bl, OMHAKO B JIUTEpATy-
pe UMeITCS TaHHbIe 0 TTOMOOHBIX ciydasix [17,18]. Kposote-
yeHus nipu [1T" yacTo pa3BUBAIOTCS CIIOHTAaHHO, W UX TSKECTh
HE KOppEeIUpyeT C YypoBHEM (aKTOpOB CBEPTHIBAHUS KPOBU
WJIM KOJIMYECTBOM MHTHOUTOpA 1], MOCKOJIBLKY IO BO3IEICT-
pueM anTuten K FVIII/ FIX ¢pyakuus FVII/FIX moxet ObITh
U3MeHeHa NoysHoCThio (Tum 1) minm yactuyHo (tun II), a Tak-
K€ MOXET OCTaTbCsl HeM3MeHHOM [4]. AHTUTena OJOKUPYIOT
MPOKOAryJIsSTHTHYI0 akTuBHOCTh (pakTopa VIII wim IX, u mno-
9TOMY WX Ha3bIBaloT MHTHOUTOpamu. [lpucyrcTBue MHrMoOMU-
TOpa B KPOBU MOATBEPXKIAaeTcs ¢ MOMOIbI0 Tecta berecna,
pe3yabrat Kotoporo Bbeipaxaercs: B BE. Uem 0oJibliie KOHLIEH-
Tpalys UHTUOUTOpa B KpoBU, TeM Oosbiie BE. Huzkum cuu-
TaeTcs TUTp uHruouropa ot 0,6 1o 5 BE, BEICOKMM — CBbILIE
5 BE. Betpeuaetcs Takke 6eccumntomHoe teueHue [T, koto-
poe MOXET ObITh OOHAPYXKEHO MPY MPOGUTAKTUYECKOM 00CIe-
JIOBaHWU, TIPU CJIydyailHOM BbisiBieHUU ymaauHeHuss AUYTB |5,
6]. BaxxHo OTMETUTD, UTO TsKeCTh 117 He KOppelupyer ¢ TsKe-
CTBIO OCHOBHOTO PeBMATUUYECKOTO 3a00JIeBaHMUSI.

B kpyr nuddepenunanbHoro noucka npu I Bxosr: ne-
GUUUT Ipyrux (akTopoB CBEPTHIBAHUS (B TOM YK CJIe TUIIOIPO-
TPOMOMHEMUSI, aCCOLIMMPOBAHHAS C HATMYMEM BOJTYAHOUYHOTO
anTukoaryisiHnta (BA)), npucyrcrBue BA, a Takxke HaclencT-
BeHHas remodwaus [5]. [Ipu nposenenun nuddepeHuraNb-
HOTO IMarHo3a ¢ BpOXIEHHOI reMouIneii ciieayeT MIOMHUTD,
YTO 3TO HACJIEACTBEHHOE X-CLeMJIeHHOe 3a00IeBaHNe, MTO3TO-
My 60JIeIOT B OCHOBHOM MY>KUMHBI. JeO10T BpOXKIEeHHOI TeMO-
rmM 9acTo MPUXOIUTCS Ha paHHUIA TETCKUIA BO3pacT, a TH-
MUYHBIM KJIIMHUYECKUM TPOSIBJICHUEM SIBJISTIOTCSI TEMapTPO3bl,
He cBoiictBeHHbIe [1I" [1]. OctaTouHas aktuBHocth FVIII 06-
BIYHO He OOHApYXWBAETCS TIPU BPOXKIEHHOU TeMobuinu A,
HO MoxeT oOHapyxuBatbces nipu T1T [4, 19].

Anroputm quarHoctuku [1I" mpencrapieH Ha pucyHke 1.

Juartoctuky I1I" MOXKeT OCIOKHSTH OTHOBPEMEHHOE BbI-
siBJieHre HruouTopa dakropa ceepreiBanus u BA [15, 19-21].

OcHoBHbIMU 3anayamu tepanuu [II' gBasiorcs ocra-
HOBKa KPOBOTEUEHMSI, SJMMUHALIMS MHTUOUTOPA U Tepanust
OCHOBHOTO 3a00j1eBanus |5, 16].

C wnenbto saumuHaumu wHruomrtopa FVIII ucrnonb-
sytotest  mmokokoptukonnsl (I'K), mumkmodochamun (LID)
M JpYrue WMMYHOCYIIPECCAHTbI, TeHHO-WHXEHEPHBI Ono-
noruveckuii pernapat (I'MBIT) — purykcuma6b [4, 5, 16, 20].
IepBoit tunmMeit Tepanuu cuuraetcs monotepanus ['K (mpen-
HM30JIOH B j103¢ 1—2 Mr/Kr/cyT. B TeueHue 4—6 Hemelb)
u xombuHanms 'K (1—2 wmr/kr/cyr. mepopajbHO B Teye-
Hue MakcuMmyM 6 Hexesb) ¢ LID [5]. [Ipemaparom BTOpoii Jin-
HUUW CUMTAETCS PUTYKCUMaO, MPUMEHSEMbIiI B KOMOUHAIINU
c 'K 1, 5, 22]. 1o nanasiM EBpomeiickoro peructpa rnpuodpe-
teHHoi reMouauu (EACH?2, European Acquired Hemophilia
Registry) [23], 2(hdeKTMBHOCTE MOHOTEpanuu PUTYKCUMa-
6om Huxke, yeM MoHoTrepanuu 'K, a KoMOMHUpOBaHHAs Te-
pammust 'K + purykcumad mo 3(pheKTUBHOCTH HE TPEeBOCXO-
mut kombuHauuio 'K + H®D. INpu pedpakTtepHOM TeUeHUMN
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Puce. 1. Aniroputm BegeHNs NayneHToB ¢ Mogo3PeHnem Ha npnobpeTeHHyro remogunnio [1]: AYTB — akTnBnpoBaHHoe 4acTnyHoe TPoM60on1acty-
HoBOe Bpems, BA — BOYaHOYHbIN aHTUKOArynsaHT, F — ghakTopsl cBepTbiBaHns Kposu, aHTu-FVIIl — antutena « FVIII

3a00JICBaHUST TIPUMEHSIIOTCS JIPYTHe WMMYHOCYITPECCHUBHBIC
CpeNCcTBa, TaKue KakK IMKJIOCIIOPWH, BUHKPUCTUH, TAaKPOJIM-
Myc, a3aTMOIIPUH, MHUKodeHojgata ModeTua M CUPOTUMYC,
OJIHAKO MMEIONIUXCS B JIMTEpaType AaHHbIX 00 UX 2 dHeKTUB-
HOCTH HenocTaTouHo [6, 7, 17]. C Leablo BpeMEHHOTO yaale-
Hus uHruouropa FVIII u3 KpoBu maiueHTa MOXET HUCHOJb-
30BaThCs IIa3zMadepe3 Wi MMMyHocopOuusa [6]. OmHako
39TU METOJIbI MOTYT BbI3bIBaTh HSI, MMEIOT BBICOKYIO CTOMMOCTD
M JOCTYIIHBI B OTPAaHUYEHHOM YMCIIE CIeHUaTN3UPOBAHHBIX
LIEHTPOB.

IIpu BbIOOpE TepareBTUUECKON TaKTUKKA HEOOXOAMMO
YUUTHIBATh OCHOBHOE 3a00jicBaHNe, Ha (DOHE KOTOPOTO pa3BU-
nack [T, Tak, TeyeHne MalueHTOB C ayTOMMMYHHBIMU PEBMaTH-
YeCKUMU 3a00JIeBaHUSIMU TpeOyeT 0oJiee arpeCCUBHOM TeparieB-
TUYEeCKOW TakTWKH, codetaromeit 'K m mMMyHOCyIIpeccaHThI
wi putykeumao [7, 24]. Yposenb unruourtopa FVIII, ypoeHb
FVIII B nia3me kposu, a Takke Haimuue IgA k FVIII Ha MmomeHT
MOCTAaHOBKM JMarHo3a MOTYT CIYXKUTb MPEAUKTOPaMM OTBETa
Ha Tepanuio |5, 6, 21, 22, 25]. I1pu BEICOKOM ypOBHE MHIHUOM-
TOopa peKoMeHayeTcss kKomOuHupoBaHHas Tepanus ['K + 1D/
putykcuma6 wmm 'K + purykcuma6b + IL® BHyTpHBEHHO
npu ypoBHe uHruouropa 6onee 100 BE m HemomHOM oTBeTe
Ha tepanuto 'K + purykcuma6 |5, 21]. KoaTponb addekTuBHO-
CTH Teparuy IPOU3BOIUTCS uepe3 3—5 Hellelb; eCIM He Ha0JTio-
JAeTCS CHIDKEHUS TUTPAa MHIMOUTOPA WY TTOBBIIICHUST YPOBHS
FVIII, cienyer paccMOTpeTh BOIIPOC O CMEHE Teparui [5, 6].

B kayecTBe reMOCTaTUYECKOU Teparnmuu W Il Tpodu-
JIAKTUKW KPOBOTEUEHUI MPY MPOBEIEHUH MHBA3UBHBIX TIPOLIE-
JIyp MOTYT OBITb MCMOJIb30BaHbl peKoMOMHAaHTHbBIN FVII, KoH-
LIEHTpAaT aKTUBUPOBAHHOTO TMPOTPOMOMHOBOIO KOMILIEKCA,
pexkomOuHaHTHbIN FVIII, necMonpeccuH, TpaHekcaMoBast KU-
ciorta, koHueHtpat FVIII. TTocnenuuii mpuMeHsieTcsl TOIbKO
y MalueHToB ¢ HU3KuM ypoBHeM mHruouropa FVIII (<5 BE)

HayyHo-npakTtnyeckas pesmaronorus. 2025;63(3):318-323

WY TIPY OTCYTCTBUU BBIIIETIEPEYNCICHHBIX TeMOCTATUYECKUX
npemnapartoB. B cirydae ero ucrmoab30BaHUsI HEOOXOIMM TTOCTO-
sSHHbI KOoHTposib ypoBHs FVIII B muiazme, nockosnbky FVIII
HeWTpaiu3yeTcss MHIMOUTOpoM. BBIGOp Tepamuu OCHOBBIBA-
eTCsl Ha OCOOCHHOCTSIX MallMeHTa, ero OTBeTe Ha JieueHue, 10-
CTYITHOCTHU TIperapaToB U OMbITE Jieyallero Bpaya. B ciayyasx,
He TpeOyIOUIMX TeMOCTaTUYECKOl Tepanuu, peKOMEeHIOBa-
HO AMHaMu4yeckoe HaoOmoaeHue. DGGEKTUBHOCTL JICYEHMS
OLICHUBAETCS MyTeM KJIMHUYECKOTO OCMOTpa U MOHUTOPUHTA
ypoBHs1 Temornobuna [5, 6]. OcuoBubsiMu HS sBistioTcst aj-
JIepruyeckas peaxiivsi, TpOMOOIIMTONICHHS (B ClIydae MpUMe-
HeHust pekombuHantaoro FVIII) u tpom603 (2,9—4,8%) [6].

[Mocne mOCTMKEHMSI TMOJHOW PEMMCCUU TIALMEHT JIOJI-
KeH HaxXOOWThCs Ton HabmoneHnem — peuunus [T BcTpe-
yaetcst npuMepHo B 10—20% cayuaeB [5]. [TockombKy ne6i0T
wm peruauB [T He cBs3aH ¢ aKTUBHOCTBIO OCHOBHOTO 3a-
6oJsieBaHus [6, 24], peKOMEHIYETCS TOMOJIHUTEIbHBII KOHTP-
oib ypoBHsi AUTB u FVIII exemecsuHo B TeyeHUE MEPBBIX
6 MecsueB, 3ateM | pa3 B 2—3 Mecslla B TeYEHUE CIIEAYIOLINX
6 Mecaues 1 manee 1 pas B monrona. Ilpu mosiBiieHUN THOOBIX
HEOOBIUHBIX KPOBOTCUCHUI MallMeHTaM CJeayeT OOpaTUThCS
3a MEAMIMHCKOI moMolibio [6]. TakKe ciieayer IposSIBUTh Ha-
CTOPOKEHHOCTh B OTHOIICHUM MH(EKIIMOHHBIX 3a00JIeBaHIIA
Ha (hOHEe MMMYHOCYMPECCUBHOU Tepanuu, MOCKOJIbKY B IO-
cJelHee BpeMsl OTMEYaeTCsl YBEJIMYeHUE CMEPTHOCTH BCIICM-
cTBHE MH(MEKIMOHHBIX MPUYWH MTPY YMEHBIICHUM JICTATbHBIX
HCXOIIOB OT KpOBOTEYeHMS [5, 6].

CwmeprnHocts nipu IT Bapsupyet ot 7,9 10 22% [3] u cBsI-
3aHa B Oosiblieii crerieHu ¢ conyrerBytommmMu 3HO [17]. Ce-
pbe3HbIE KPOBOTEUEHHUsI OTMevaroTcs y 85% maiumeHToB [25]
U MPUBOJST K JieTaabHOMY Mcxoay B 3—9% ciyvaes [17, 26, 27].

B nmurepatype [3, 4, 16, 28], ymomuHaeTcst MO3UTUBHOCTD
marmeHToB ¢ [1I' mo antn-Ro/SSA u antu-La/SSB, omHako
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He MpUBeIeHbl NaHHble Joo0cnenoBaHus naureHToB Ha CIII.
Y4uTthiBasi OTHOCUTEJBHO YacToe YIOMMWHaHUE 3Toil Jiabo-
patopHoit Haxonaku y nauueHToB ¢ CKB u I1I, MoxHO nipen-
MOJIOXUTb, YTO NAHHbIE MALMEHThl TAKXKe UMEIU He IHUarHo-
crupoBaHHblii CII. Eile omHUM TpearoaoXeHueM siBJsieTcs:
natoreHeTnyeckas cBsa3b CKB, CIL u I1T°, onHako 3Tu gorazi-
KU TpeOYIOT AaTbHENIIIeTo N3y4eHUs U TIOATBEPXKACHUSI.

OCOOEHHOCTBIO TAHHOTO KIMHUYECKOTO CIydasi sIBIIsI-
erca couetanue I1I°, CKB u CIL. CKB B coueranuu ¢ CII
BCTPEUYAETCsI IOCTATOUHO yacTo — B 28% ciy4aes [29], a [T mo-
ket MaHudectupoBarb u npu CKB, u npu B [3]. V Haiueit
MalMeHTKN 3a0oieBaHue AeO0TUpOBao ¢ nposipieHuit 1IN —
CITOHTaHHBIX 9KXMMO30B. [IprMedaTebHO, YTO MPU MPAKTH-
yecku nosiHoM otcytetBuu FVIII u FIX MmeHcTpyanbHbIi LMK
MalMeHTKU ObUT COXpaHEH, HE OTMEYalOCh OOMIBHBIX U [UTH-
TEJIbHBIX MATOYHBIX KPOBOTEUEHU I, @ HA MOMEHT MTOCTAHOBKU
NMarHo3a aKTUBHOCTb 3a00JIeBaHUsI OTIPEAEIsiIach MOpakKeHU -
€M TIOYEeK, CYCTaBOB U JIaOOPATOPHBIMU M3MEHEHMSIMU (JICii-
KOTEHUEH, TeMaTypuei, MpOTEUHYpPUEH, BBICOKMM YPOBHEM
antn-ac/IHK, runokomrmnementemueit). [IpuHumas Bo BHU-
MaHWe NETOPOIHBIN BO3PACT MAIMEHTKU U PENPOAYKTUBHBIE
TJTIAHBI, a TAKKe BhICOKYIO akTuBHOCTE CKB 1 hakTopwr Heb1a-
ronpusitHoro nporno3a CIII, Tepanueit mepBoii TuHUKM OblIa
BBIOpaHA KOMOWHAIWS TTyJTbC-Tepariyd MeTWITIPETHU30JI0-
HOM (C TEpexXoJ0OM Ha MepopasibHbI MpHUeM MPeaHU30JI0HA)
u putykcumad. M3-3a HA Ha undysuo PTM Obuta pekomMeH-
noBaHa Tepanusi MUKodeHoaata MOhEeTUIOM, OT Ha3HAYEHUS
L[® perreHO ObLTO BO3AEPXKATHCS, YIUTHIBASI PENTPOLYKTUBHBIC
MJIaHbl MALUEHTKU.
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AKTYaJTbHOCTh JaHHOUN pabOThI OIpeAesIsieTCS PEeaKO-
croio IITI" 1 ee coyeraHusi ¢ ayTOUMMYHHBIMUA pEBMaTUYE-
CKMMHU 3200J1eBaHUSIMU, MOTEHIIMATBHO XU3HEYTPOXKAIOIIIM -
MM KJIMHUYECKUMU TPOSBICHUSIMHU, a TaKKe TPYIHOCTHIO
BepudUKalMM IMarHO3a M Kypamuu mainueHToB. Hactopo-
JKEHHOCTh M OCBEIOMJICHHOCTh KJIMHHUIIMNCTOB B OTHOIICHUN
IIT" HeoOXOoaUMBI [JII CBOEBPEMEHHOI NMArHOCTUKMU U Jie-
YeHUs TaKuX MalueHToB. Takke HeoOXOOMMbl HajbHeMIIne
WCCIIEIOBAHUS TSI pa3pabOTKU TepareBTUIECKON TaKTUKH,
NpOGUIAKTUKHI OCJIOKHEHUI 1 aJITOPUTMOB paHHEH JUarHo-
ctuku I1TI.
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